Macrophage activation syndrome (MAS) is a lifethreatening syndrome characterized by cytopenia, organ dysfunction, and coagulopathy associated with an inappropriate activation of macrophages. 1 Systemic lupus erythematosus (SLE) can present as MAS in the adult population with a prevalence estimated between 0.9% and 4.6%.
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A 17-year-old female patient presented with high-grade intermittent fever associated with rigors and chills since two months. She also developed spontaneous bleeding from oral cavity for last two weeks. Physical examination showed gross pallor, tachycardia (108 beats/minute) and her blood pressure was 100/60 mmHg. She was febrile (101°F). Evidence of fresh gum bleeding without any swelling along with purpural rashes over malar area and vasculitic patches over palms and soles were present. Hepatomegaly was present.
Laboratory routine showed pancytopenia, hyperferritinemia (>20000 mg/dL), increased levels of alanine aminotransferase (101 U/L) and aspartate aminotransferase (329 U/L). Immunological screening was positive for anti-nuclear antibody. Anti-double stranded deoxyribonucleic acid titre was >150 IU/mL. Abdominal ultrasonography revealed minimal left-sided pleural effusion and mild hepatomegaly. Bone marrow aspirate showed macrophages with hemophagocytosis ( Figure 1 ).
Patient was initially started on broad spectrum antibiotics on day one followed by pulse steroid therapy with methyl prednisolone (1 g/day). In spite of the above regimen, patient had persistent thrombocytopenia. Intravenous (IV) immunoglobulins (Igs) was started on sixth day and a dose of 2 g/kg was administered over five days. On 15 th day after starting IV Ig, pancytopenia returned to normal. After one month of IV Ig, she was started on cyclophosphamide pulse therapy. Up to the submission of the manuscript, she had no further complaints or hematological problems.
The diagnosis of MAS is a challenge in patients with SLE. In our case, the diagnosis of MAS secondary to acute SLE was established based on laboratory, clinical, and bone marrow findings. Our case had severe thrombocytopenia, which was considered as a better indicator of MAS than leucopenia and anemia in SLE, and high ferritin level, which was seen to be the strongest indicator to separate MAS from active SLE. 3 Furthermore, MAS in adult SLE is associated with disease onset in most patients, as in our patient, and this is an important difference with systemic juvenile idiopathic arthritis, in which MAS appears in more advanced stages of the disease.
No standard of care yet exists for MAS complicating SLE. 4 Case reports supporting the use of a number of immunosuppressive regimens and biological treatments exist in the literature such as high-dose corticosteroids, Igs, cyclophosphamide, cyclosporine and infliximab or rituximab. 3, 5, 6 Our patient responded poorly to high-dose steroids, but showed remarkable improvement with IV Igs, followed by IV cyclophosphamide.
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